& Even-Paz (1961) suggested that about 10% of patients with urticaria pigmentosa have X-ray evidence of bone involvement. The lesions are mostly minor and not clinically important, chiefly patchy osteosclerosis although osteoporosis may be present in the same patient. So-called 'idiopathic' osteoporosis is common. However, this patient's disease is not typical of that condition in that: (1) the history is very long and her disease shows unrelenting progression, (2) the porosis is local in distribution, (3) sclerosis is present in one vertebra. Increased numbers of mast cells have been demonstrated in the bone biopsy and it is known that heparin, a constituent of mast cells, given over long periods causes osteoporosis both in rats and in man (Griffith etal. 1965 (1965) , was treated with high doses of chlorambucil (16-20 mg daily) and within a few months her skin lesions faded, bone pain ceased and flushing and pruritus improved markedly. Despite the striking clinical improvement there was only slight reduction in the degree of bone marrow mast cell infiltration after two years oftreatment. Dr H R Vickers: I agree that this patient is very similar to the one mentioned by Dr Levene. Involvement of the bodies of the vertebrfe by mastocytosis is the most likely explanation of the X-ray findings.
Dr Louis Forman: Several of the macular lesions in this patient showed a telangiectatic element recalling the adult variant, telangiectasia eruptiva perstans. In fact, telangiectasia may also be seen in urticaria pigmentosa in young individuals, particularly when the macules are fading.
The causation of the telangiectatic element is not known to me. However, mast cells have a definite perivascular localization and contain heparin and histamine. Heparin increases capillary permeability and potentiates spreading factor by alteration of ground substance. It is possible that prolonged exposure to heparin may so disorganize capillary walls that permanent dilatation occurs.
Late Congenital Syphilis Untreated Until Adulthood A N McClean MB (for J K Oates FRCPEd) (Westminster Hospital, London SWI)
Miss M H, aged 49 History: The patient was apparently normal at birth and developed a 'nappy rash' at age 9 months. An 'abscess' appeared on her chin as a small girl, and both nasal septal and palatal sores developed at age 7 which progressed to perforation. Soft-tissue 'abscesses' appeared in all her limbs at this time. Between the ages of 9 and 11 she was blind, but made a spontaneous recovery; bilateral aural discharges appeared and, as a result, her hearing became impaired. Her adult dentition was deformed.
In her teens flexion deformities of both elbows, right wrist and right knee became fixed. At 21 she had a right above-knee amputation in order to improve her mobility (Fig 1) . She suffered a traumatic supracondylar fracture in the left arm which never healed, but formed a useful pseudarthrosis. Her menarche was delayed until age 21, though her mental development does not seem to have been impaired as she taught herself to read as an adolescent. I | . : i m , ; , . . At 22 congenital syphilis was diagnosed. She was treated with 4-hourly injections of (almost certainly) penicillin for two weeks followed by nine years of intermittent courses of arsenic and bismuth. Resolution of her gummatous abscesses, which until then were still discharging, took place.
At 25 she had a total tooth extraction for cosmetic reasons. At 30, plastic surgery to her chin and right temple was performed, at which time it is probable that she had a further course of penicillin. At 44 she had cosmetic surgery to her nose, lifting the depressed bridge. On examination: Right above-knee amputation, a functional left supracondylar pseudarthrosis (Figs 2 and 3) , and bony thickening and bowing of the left tibia. Fixed flexion deformities of both elbows and right wrist with considerable tissue paper scarring (Fig 4) and soft-tissue damage to both arms, right thigh and buttock. Perforated hard palate ( Fig 5) and nasal septum (modified by surgery). Some corneal opacity with ghost vessels in both eyes suggesting healed interstitial keratitis; vision moderate (right 6/12, left 6/24). Perforated eardrums, both conductive and perceptive deafness, anosmia. No evidence of neurological or cardiovascular involvement. Intelligence apparently normal. FTA-ABS IgM nonreactive. X-rays: Underdeveloped arm bones, with deformity and ankylosis of the elbow-joints and supracondylar pseudarthrosis on the left (Fig 3) . Some bones in the hands were fused; bowing of the left tibia and fibula with slight periosteal thickening, and slightly abnormal trabecular architecture of lower femur and upper tibia. Some atrophy, of right pelvis and femur. Shadows suggesting radio-opaque injections could be seen in the buttocks. Skull, chest, ribs, spine and heart were normal.
Comment
This patient with late congenital syphilis is unusual in that her illness was untreated until the age of 22. Hutchinson's triad (interstitial keratitis, VIII nerve deafness and dental stigmata) had existed but the signs were modified later by tooth extractions. There was also widespread skin and soft-tissue gummatous damage, with perforated hard palate and nasal septum, and a saddle nose (modified later by surgery). Conductive deafness was due to old otitis media. Her many bone and joint deformities would appear to have been the result of a combination of osteochondritis, epiphysitis, osteoperiostitis and arthritis. She is very fortunate in her highly functional traumatic pseudarthrosis, which the orthopaedic surgeons feel cannot be improved upon.
The family history demonstrates well that successive children born to a woman with syphilis are progressively less likely to be affected. A nonreactive FTA-ABS IgM test suggests that the disease has been adequately treated and is now inactive (O'Neill & Nicol 1972) . The other serological investigations are consistent with this opinion. Although the patient refused lumbar puncture, absence of neurological physical signs, reinforced by the negative FTA-ABS IgM test, indicates that there is no involvement of the central nervous system. Dr H R Vickers: Even thirty years ago such cases were extremely rare but I cannot understand how the diagnosis was missed when she first presented. Routine Wassermann reactions were carried out almost universally. Presumably the WR will now never become negative.
Chromoblastomycosis
Warwick L Morison MRCP (St Thomas' Hospital, London SEJ) Jamaican man, aged 17. Student History: Arrived in the UK from Jamaica in June 1971. He had lived in a rural area but had not been engaged in agriculture. A pruritic pigmented plaque on the lateral aspect of the right leg, first noted at age 13, had progressively enlarged and become nodular. There was no history of possible contacts. On examination: Lateral aspect of right leg: multiple hyperpigmented plaques up to 2 cm in diameter with five tender verrucous nodules 1-4 cm in diameter (Fig 1) . Flexor surface of right wrist: small papule 1 cm in diameter. This lesion had not been previously noticed by the patient. Investigations: Hb, white cell count, ESR, WR, serum electrolytes, blood urea, liver function tests, chest X-ray and microscopy of urine were all normal.
Biopsies: The lesions on the leg and wrist both showed the same histology: pseudo-epitheliomatous hyperplasia of the epidermis and a granulomatous infiltrate in the dermis with pigmented spores in and around giant cells. Phialophora pedrosoi was isolated from cultures of biopsies. 
